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THE occurrence 'of general paralysis of the insane in
patients about the age of puberty is now an acknowledged
fact. Although somewhat uncommon, it is becoming better
recognised, and within the last fifteen years a number of
cases have been placed on record, gathered chiefly from
amongst asylum patients. The three following cases, how-
ever, may be of interest, inasmuch as they occurred in the
course of ordinary neurological work, and were therefore
studied from the point of view of the neurologist rather
than that of the alienist. They also help to throw light
upon the possible causal antecedents of the disease in
patients of so young an age, and they exemplify well its
peculiar symptomatology in such patients, whilst one of
the cases also presents some interesting points in the study
of epileptiform fits.

For permission to publish my notes of these cases I am
indebted to the courtesy of Dr. Hughlings Jackson, Dr.
Ferrier, Dr. Beevor and Dr. James Taylor.

Case I.—W. H., male, aged 16£| years, was admitted to the
National Hospital, Queen Square, on October 1, 1897, under the
care of Dr. Hughlings Jackson. He was said to be suffering
from " fits."

Family History.—None of patient's relatives have ever
suffered from any nervous or mental disease. His father is alive
and healthy; his mother died in childbirth at the age of 41.
Patient is the second of fifteen children, of whom the first child
was born dead and five others died at birth. The remaining
members of the family, with the exception of the patient, are
perfectly healthy, he being the only delicate member of the
family.
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40 ORIGINAL ARTICLES AND CLINICAL CASES

Previous Health.—Although never robust, he has not suffered
from any definite illnesses beyond the usual ailments of childhood.
He never had any convulsions in infancy. There was no history
of injury or accident of any sort.

Present Illness.—Patient was formerly a very smart, intelli-
gent boy and very good at his lessons, but about three years ago,
when he was 13 years of age, gradual mental dulness came on.
The first observed symptom of this was that, when he was sent
out on errands, he used to return having completely forgotten
several of his messages. He became gradually much duller
mentally, quieter and less lively.

About two years ago he had his first "fit." On getting up
one morning he complained of feeling sick and went back to bed,
when he became unconscious, with pale face and twitching of all
his limbs. This twitching is said to have lasted a couple of
hours. During the fit he did not bite his tongue, nor were the
sphincters affected. After the fit he seemed mentally more
peculiar for some days, with hallucinations of vision in the form
of moths, &c. These hallucinations passed away in a few days.

Since then he has had three more fits—four fits in all—at
intervals of about six months, the last fit occurring six weeks
before his admission. For a day or two before each fit he has
usually been " quiet and moping." During the fits he has never
bitten his tongue, nor has he passed water. In two of the fits he
has fallen down at the onset. After each fit for about ten days
he has always been mentally peculiar, and his right arm is said
to be weak—he " loses the use of i t " for a day or two.
Patient is naturally right-handed, but now his right hand is
said to be much weaker than his left.

Ever since the onset of the illness his father has noticed the
patient's gait to be somewhat staggering in character. The boy
himself does not complain of giddiness, even when staggering.

Condition on Examination.—Patient is a pale-faced boy of fair
muscular development, with sharply cut features. He has a
vacant expression and his mouth hangs open. There are no
signs of congenital syphilis in the teeth, eyes, face, or elsewhere.

There is considerable mental hebetude. He never volunteers
any remark. He answers questions slowly and often incorrectly,
speaking in a slow monotonous voice with marked fibrillary
trembling of lips, face and'eyelids. His memory is very defective.
Although usually in a quiet, dreamy mental condition, he has
occasional noisy bursts of passion in which he obstinately refuses
to comply with simple requests.
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GENERAL PARALYSIS OF THE INSANE 41

Smell, taste, and hearing are normal. The visual fields are
not contracted, visual acuity is normal, and the optic discs are
healthy.

The pupils are widely dilated, the left more so than the
right. They do not react to light, and there is very slight, if
any, contraction during convergence. There is no squint, nor
nystagmus.

The facial movements are normal save for the fibrillary
tremor above noted. The palate rises normally on phonation.
The tongue is protruded straight and is not atrophied, but it
exhibits marked fibrillary tremors on both sides.

There is no anaesthesia anywhere on the face, trunk, or limbs
to the lightest touches or pricks. All the movements of the
upper limbs are performed, but in a languid manner, and the
grasp of the right hand is slightly weaker than that of the left.
In the lower limbs there is a similar languor in all movements,
but no actual paralysis. Patient's gait is somewhat ataxic; he
walks on a broad base, stamping his heels. He does not sway or
fall with feet together and eyes closed. The knee-jerks are brisk
and equal. There is no ankle clonus. Supinator and triceps
jerks are brisk, and there is marked jaw-jerk.

The plantar, cremasterio and abdominal reflexes are normal
and equal on both sides. The sphincters are normal, but owing
to his mental dulness he does not always obey the calls of
nature, frequently passing both urine and faeces as he walks about.
He practises onanism with considerable frequency. The genital
organs are much smaller than normal, and there is no pubic hair.
The lungs, abdomen and urine are normal. There is a marked
systolic murmur at the apex of the heart, conducted outwards to
the left side.

The patient remained in the same dreamy mental condition
for a month after his admission, with occasional attacks during
which he was noisy and passionate. He never expressed exalted
ideas of any sort.

On November 3rd patient was seized with epileptiform convul-
sions which came on during the night when he was asleep, and
which lasted for nearly four hours without intermission. The fit
commenced with a cry, and the twitching was observed to begin in
the fingers of the right hand. Owing to the long duration of the fit
T had an opportunity of studying its character with some minute-
ness. The patient, who was completely unconscious, lay on his
back, with rapid clonic spasms of all the muscles of the limbs,
trunk and face, the right side being distinctly more severely
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42 ORIGINAL ARTICLES AND CLINICAL CASES

affected than the left. His face was natural in colour. The eyes
were open but with occasional clonic spasms of the orbiculares
palpebrarum. There was marked conjugate deviation of the
eyes to the right side. The pupils were widely dilated, equal, and
insensitive to light. The mouth was widely open. There were
no twitchings of the jaw muscles, but the face twitched markedly,
especially on the right side. The palate twitched markedly and
symmetrically on the two sides. Laryngeal examination showed
rapid alteraate separation and approximation of the vocal cords,
and also alternate narrowing and widening of the aryfceno-
epiglottidean folds.1 There was also distinct twitching of the
tongue on both sides. All the muscles of the limbs and trunk
on both sides twitched briskly and synchronously with the face
and tongue muscles. There was marked twitching of all the
muscles above and below the hyoid bone, and of both stemo-
mastoids equally. The head was drawn backwards and the chin
elevated. Respiration was noisy and rendered irregular by the
clonic spasms of the respiratory muscles. There was occasional
inspiratory stridor. There was no twitching of the anus.

The clonic spasms of all these muscles were irregular in
vhythm, the number of contractions counted in a minute being
about 180. Patient's skin was warm and moist; the temperature
98"2° F., pulse 156, and the respirations 36 per minute. Patient
did not pass urine during the fit, nor did he bite his tongue,
owing to the jaws being widely open all the time.

During the fit the knee-jerks were elicited readily.
Next day, November 4th, even after large doses of chloral and

potassium bromide per rectum, although the general convulsions
had ceased, twitching still persisted in the left side of the face
and tongue and in the left hand ; with this there were occasional
spasms of tonic rigidity in the trunk and non-twitching limbs.
Patient was still unconscious; the eyes were blood-shot and
directed upwards and to the right side. The knee-jerks were
present and equal, not exaggerated. There was no ankle clonus.

' The vocal cords have not hitherto, I believe, been observed daring an
epileptic fit in the human subject. Analogous observations on the larynx
have, however, been made by Risien Russell during absinthe convulsiona in
monkeys, and by Semon and Horsley in excitation of the cerebral cortex.
" We have observed," they say, " that in powerful or long-continued excitation
of the laryngeal area, true epilepsy of the vocal cords supervenes, gradually
spreading to the neighbouring muscles of the face, neck, head and upper
limbs. From this we conclude that the epileptio cry is not, as has been so
long believed, the result of a disoharge primarily from the medulla oblongata,
but rather represents a stage in the cortical excitement popularly termed an
' epileptio fit.' " (Semon and Horsley, " On the Relation of the Larynx to the
Motor Nervous System," Deutsche Medicin. Wochenschr., 1890, No. 81, p. 10.)
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GENERAL PARALYSIS OF THE INSANE 43

November 7th. — Patient was somewhat brighter; semi-
conscious, but did not speak; became able to swallow again.
Occasional twitchings still occurred at intervals in the face alone,
sometimes on one side, sometimes on the other.

On November 8th patient again became more deeply coma-
tose; twitching entirely ceased. The pupils were dilated and
insensitive. Cheyne-Stokes respiration set in, and he died from
respiratory failure.

The post-mortem examination was made by Dr. Eisien Russell,
who made the following report :—

Autopsy.—A post-mortem examination was made eighteen and
a-half hours after death. The skull-cap was natural, as was the
dura mater; no undue adhesions existed between these two
structures, nor was the dura mater thickened or anywhere
adherent to the pia-arachnoid. There was slight but distinct
general thickening of the lepto-meninges over the convexity of
both cerebral hemispheres, where they presented a milky, opaque
appearance. So adherent were the meninges to the surface of
the convolutions in some parts that it was impossible to remove
them without tearing off the superficial layer of the cortex, while
from other parts they were comparatively easily removed without
any such damage to the underlying brain. There was a good deal
of compensatory oedema of the lepto-meninges. The convolutions
of both cerebral hemispheres were considerably atrophied, this
was, however, not more pronounced in the frontal lobes than
elsewhere; but possibly the shrinkage at the upper part of the
central convolutions, more especially the ascending parietal, was
a little more marked than in any other part. On palpation the
cerebral substance gave rise to a greater sense of resistance than
natural, and it was found to be unduly firm when sections were
made into the hemisphere. On the whole, the grey and white
matter appeared to be reduced in equal proportion, though in
parts the atrophy of the former seemed the more pronounced.

No macroscopic changes were detected in the centrum ovale,
basal ganglia or internal capsule on either side. The lateral
ventricles were somewhat large in comparison to the size of the
brain, but they contained clear fluid, and the ependyma showed
no granular or other macroscopic change.

Beyond thickening of the pia-arachnoid, chiefly over the upper
surface of its middle lobe, the cerebellum presented no abnormal
features, nor did examination of the pons and medulla reveal
anything unusual. There was no obvious lesion of any of the
cranial nerves. The lepto-meninges at the base were not speci-
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44 ORIGINAL ARTICLES AND CLINICAL CASES

ally thickened, and there was nothing in the appearances met
with to suggest that there had at any time been an acute basal
meningitis.

The spinal canal was natural, as were the meninges, but the
spinal cord was unduly soft and bulged markedly on section
—a condition evidently the result of post-mortem change. The
thoracic and abdominal viscera were natural, and no appear-
ances were met with about the body, or in connection with any
of the organs, which could be regarded as evidence of syphilis.

Microscopic Examination.—The central nervous system was
carefully preserved for subsequent microscopic examination, and
portions were prepared and stained by various methods, includ-
ing those of Nissl, Marchi and Pal; in addition to which stains,
such as aniline blue-black, hsematoxylin and eosin, were em-
ployed. Portions of cerebral cortex, from the frontal and central
convolutions of each hemisphere, thus dealt with, revealed on
microscopical examination considerable thickening of the lepto-
meninges, with marked nuclear proliferation. Large bands of
thickened pia extend deeply into the substance of the cortex at
intervals, while in other parts the pia is separated from the
surface of the brain, and no such thickened bands connect the
two. There is marked sclerosis of the cerebral substance, with
nuclear proliferation, and the walls of the vessels, both of the
pia and in the brain, are greatly thickened. Profound degenera-
tive changes of the neurons of the cortex exist; the cells are
seen in all stages of atrophy, some almost beyond recognition,
and there is obviously a great scarcity of them. All of the cells
present are poorly supplied with chromatic material, and some
of them, instead of beii)g shrunken and atrophied, are obviously
swollen, and in a stage of more recent degeneration. Similarly,
degenerative changes are obvious in the axons, whose continua-
tions can be traced, in many instances, as scattered, recently
degenerated fibres, as they course through the corona radiata.
No obvious degenerative or sclerotic changes are seen in the
cerebellum, such as those that have just been described in con-
nection with the cerebrum.

The most pronounced change met with in the spinal cord
is a sclerosis of the postero-internal columns, limited to the
cervical region, symmetrical, and occupying chiefly about the
dorsal two-thirds of these columns. A very narrow band of
sclerosis, on each side of the postero-median septum, extends
ventrally from the main area of sclerosis towards the posterior
commissure, but otherwise the ventral part of the postero-
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GENEBAIi PAEALYSIS OF THE INSANE 45

internal columns are free from sclerosis, as are the postero-
external columns. There is distinct but much slighter thickening
of the neuroglia in the region of the transverse area of the cord
occupied by the crossed pyramidal tracts, and, like the posterior
column sclerosis, this change is limited to the cervical region
of the cord. Apart from the affection of the posterior and
lateral columns, no other areas of sclerosis exist in the cervical
region, and the thoracic and lumbar regions appear to be quite
free from sclerosis, even the parts affected in the cervical region
escaping here. Throughout the whole length of the cord, as
revealed by sections taken at different levels, a few scattered,
recently degenerated fibres are seen chiefly in the posterior
columns, and still fewer in the lateral columns. In the lumbar
cord, however, there is a considerable increase in the number of
these fibres in the posterior columns, where they occupy almost
exclusively the postero-external tract. Beyond pigmentation,
and staining black in sections treated by the Marchi method,
the cells throughout the spinal cord appear to be intact.

Case II.—B. G., male, aged 1 5 ^ years, was admitted to the
National Hospital, Queen Square, on October 29, 1897, under
the care of Dr. Beevor, complaining of trembling of the limbs.

Family History.—Patients father, a mulatto from the West
Indies, is alive and very alcoholic. His mother, a white woman,
died at the age of 50 from phthisis. No relation, either on the
father's or the mother's side, is known to have suffered from any
nervous or mental disease. Patient is one of a family of six.
The first child was bom dead at full term, but "looked as if
it had been dead for some time before birth." The second
pregnancy resulted in twins, both born dead, prematurely, at the
seventh month. Then a girl was born alive, but she soon
developed " snuffles," and at the age of four years developed
right hemiplegia and fits, both of which still persist. She is now
17 years of age, has a depressed nose, and there is a distinct
history of her eyesight having been affected for some time when
aged 8 years. Patient was the next child. He was born appa-
rently healthy, and never had any symptoms of congenital
syphilis. One other child has since been born, but it died of
whooping-cough at 9 months.

Previous Health.—He has always been a strong, healthy
child, exceptionally intelligent. At school he passed the seventh
standard and carried off many prizes. He has never had any
other illness whatever; no infantile convulsions. Three and a
half years ago he was knocked down by a passing cart and
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46 ORIGINAL AETICLES AND CLINICAL CASES

sustained a cut on his head. He was not unconscious at the time,
and the wound promptly healed.

About three years ago his memory gradually began to fail.
This was noticed first when he was sent out messages. He used
to return having forgotten what he had been sent for. He also
became much less bright at his lessons and ceased attending
school. He was also noticed to " tremble " in his face and limbs
whenever he was spoken to. Since then he has also had
numerous spontaneous "trembling" attaoks, during which the
mental confusion has been more marked. There is no history of
convulsions or twitchings of any sort. His memory and intelli-
gence have deteriorated somewhat rapidly of late.

Condition on Admission.—Patient is a black-haired little boy.
His complexion is very sallow. His eyes are prominent, giving
him a somewhat startled expression, and his lips are large and
thick. His hard palate is broad and normally arched. The teeth
are well shaped and planted somewhat widely apart in front.
There are no signs of congenital syphilis observable in the eyes
or elsewhere. There is a small scar about half an inch long over
the left mastoid process, about three-quarters of an inch from its
tip, and there is a small horizontal depression on the mastoid
process at this level, the result of the accident above noted. He
can name objects readily, he can read and write, but in answering
questions he is slow and stupid. His articulation is somewhat
slurring and indistinct, and during talking there is marked fibril-
lary tremor in the muscles about the lips. He also licks his lips
very frequently when talking, especially before beginning a sen-
tence. He has no delusions or hallucinations; he is good tem-
pered ; he never speaks unless he is spoken to; he reads comic
papers, but is very slow in appreciating the jokes. When, how-
ever, he does see a joke at last, he laughs loudly. He does not
seem to care for play or amusement. His memory is very poor ;
he forgets which is his bed in the ward and tries to get into other
patients' beds instead of his own. He has difficulty in repeating
sentences read out to him, and tends to repeat only the concluding
words of the last sentence read to him. When given a paragraph
to copy out of a^book he omits a number of words and mis-spells
others. His hand-writing is tremulous.

He can smell asafoetida and peppermint normally in both
nostrils, and he can taste sugar, salt, and quinine normally on
both sides. A watch is heard at two inches distance in both
ears. The fields of vision are normal on rough test; the optic
discs and fundi are normal.
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GENERAL PARALYSIS OF THE INSANE 47

The pupils are dilated unequally, the right being much greater
than the left. Both pupils are irregularly polygonal in outline.
Neither of them contract either on exposure to strong light or
during convergence. The external ocular muscles are normal;
there is no squint and no nystagmus.

The facial movements, both upper and lower, are equal on
both sides, but there is marked fibrillary tremor on voluntary
movements, especially ia the muscles about the lips and eyes.
The fibrillary tremor is most marked when he opens his mouth
widely. The muscles of mastication and the soft palate are
normal; the voice is very tremulous. There is a coarse antero-
posterior tremor of the tongue when it is protruded, not a true
fibrillary tremor.

There is no anaesthesia anywhere to lightest touches or pricks
on the face, trunk, or limbs.

All movements of the limbs can be exeouted well. There is
no muscular weakness or atrophy. At rest there is no tremor,
but on the slightest voluntary movement, as on holding his hand
out in front of him, or on touching the nose with either index
finger, there is considerable fine tremor of the whole limb.

The diaphragm and intercostals are normal, as also are the
spinal and abdominal muscles. Patient's gait is somewhat ataxic
and reeling; his back is slightly arched, and he stamps his heels
in walking. He sways slightly on turning round rapidly, but
can stand quite steadily with his eyes shut and feet together.

The knee-jerks are practically absent. It is difficult to be
sure of their existence owing to the rigidity with which patient
holds his legs ia any position in which they happen to be.
Occasionally, however, when the limbs happen to be relaxed, a
very faint flicker of the quadriceps can be seen on tapping the
patellar tendon, but not sufficient to cause any movement of the
knee. There is no ankle clonus. The supinator-jerks, on the
other hand, are extremely brisk on both sides. There is no jaw-
jerk. The plantar, cremasteric and abdominal reflexes are brisk.
There is incontinence both of urine and of faaces, but this
appears to be due to patient's mental dulness, and not to any
sphincter trouble. There is no onanism.

The external genital organs are very small, almost infantile.
There is no pubic hair. The testicles are extremely small; only
the left testicle is in the scrotum, the right is felt in the inguinal
canal.

The heart, lungs, and abdominal viscera present no abnor-
mality. The urine is normal.

 by guest on June 6, 2016
http://brain.oxfordjournals.org/

D
ow

nloaded from
 

http://brain.oxfordjournals.org/


4 8 OBIGINAJJ ABTICLES AND CLINICAL CASES

On December 18th he developed scarlet fever, and had to be
sent to a fever hospital.

Case III.—A. S., male, aged 17T% years, was admitted to the
National Hospital, Queen Square, on February 9, 1898, under
the care of Dr. Ferrier.

Family History.—Both parents are alive and said to be
healthy. There is no history of nervous or mental disease in
any relation. Patient is the eleventh of fifteen children, of whom
seven, including the two oldest, were born prematurely and dead,
except one which survived a month. Of the eight full-time
children, one died at birth, one died within a week after birth;
three are alive and have no history of symptoms of congenital
syphilis, two are alive but have had signs of congenital syphilis
(one of these, a sister aged 14 years, had interstitial keratitis when
seen on February 13, 1898). Patient is the only other full-time
child. He was born apparently healthy (" a beautiful child ")
and was always very strong. He has had no illnesses whatever
except measles. He is naturally of rather an irritable temper,
but was clever at bis lessons, passing the seventh standard when
13 years old. He never had any injury or accident of any sort.

About three years ago, when 14 years of age, he gradually
became stupid and forgetful. If sent out on a simple message
he would get confused and would return without having executed
it. Then his actions became eccentric. On one occasion he
took two caps from a draper's shop and brought them home
with him ; he also brought home an egg which he had appro-
priated from another shop. Ten months ago he bought a new
knife and chopped up bis watch with it, spoiling both knife and
watch in the process. On another occasion he took off his
trousers and in this state climbed on to the roof of the house.
Within the last year he has become dirty in his habits, passing
feeces in his clothes. Five months ago he was observed to walk
unsteadily, reeling about but never actually falling down. About
two months ago he seemed unable to speak for about an hour
and a half—he "kept trying to talk, but could not utter any
•words." His articulation during the last two or three months
has been noticed to be somewhat mumbling. He has never
had any delusions or hallucinations at any time, and is said to
sleep well.

Condition on Admission.—Patient is a well-nourished, fair-
haired lad, height 5 ft. 2£ in. His expression is somewhat
fatuous and his intelligence distinctly below par. When asked
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GENERAL PARALYSIS OF THE INSANE 49

how many pennies there are in a shilling he replies promptly,
"Don't know and don't care ! " On being asked a second time
he replies " Twelve." He appears disinclined to answer simple
questions or to perform any desired act. He refuses to attempt
to write, exclaiming loudly, " I can't write, you write ! " When
asked to spell his own name he says " Artur." His voice is loud
though rather tremulous, and his manner distinctly rude. His
articulation is characteristic of general paralysis; it is slipshod,
consonants being frequently elided. Daring speech marked
fibrillary tremors are visible round the lips; his tongue is also
very tremulous. The hard palate is well formed and not unduly
arched.

He can smell asafoetida and peppermint in both nostrils. He
tastes quinine promptly on both sides of his tongue, pronounces
it bitter, and spits vigorously on the bed. Sugar he tastes, but
calls it salt. His mental condition prevents accurate comparison
of taste on the two sides. Hearing appears normal in both ears.
The visual fields seem normal on rough test ; the optic discs are
normal.

The left eye tends habitually to be in a position of slight
external strabismus, but he can voluntarily bring the eyes parallel,
and can execute all external ocular movements well. There is
no nystagmus. The pupils are unequal (the right measuring
4 mm., the left 3 mm.), not quite central. They do not contract
during convergence, nor when strong light is focussed on them.
The left palpebral fissure is slightly narrower than the right, but
both upper eyelids can be voluntarily elevated to their full extent.
The muscles of mastication appear normal. The facial move-
ments, upper and lower, are executed equally on the two sides,
but are accompanied by much fibrillary tremor on voluntary
movement. The soft palate rises normally on phonation. The
tongue is protruded straight, but exhibits coarse rapid antero-
posterior tremor.

There is no anaesthesia anywhere to lightest touches or pricks
on face, trunk, or limbs.

The grasp of both hands is rather languid, but whether this
is due to want of will-power canpot be determined. He appears
able to execute all movements of the u^jr" extremities, but all
movements are accompanied by a fine rhythmic tremor. There
is no tremor of the limbs at rest. There is no rigidity and no
muscular atrophy.

The abdominal muscles appear strong. He can raise himself
in bed from the lying to the sitting posture without using his

VOL. XXI. 4
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50 OBIGDJAIi ARTICLES AND CLINICAIJ CASES

hands. The spinal muscles are normal. Bespiration is costo-
abdominal in type, and normal.

All the movements of the lower limbs are executed normally
as he lies in bed, but with the same fine rhythmic tremor as
was observed in the upper limbs. His gait is feeble and un-
steady, lite that of an old man ; the feet are planted rather widely
apart. There is no spasticity and no ataxy. He can stand with
eyes shut and feet together. The knee-jerks are present and equal,
rather subnormal. There is no ankle-clonus. The supinator
jerks are brisk and equal. There is no jaw-jerk. The plantar
and abdominal reflexes are brisk and equal; the cremasteric
reflexes are absent. He occasionally passes urine and faces in
bed without calling attention to the fact, apparently from mental
dulness.

The spine and cranium are normal. There is no tenderness
on percussion, and no spinal curvature. The heart, lungs, and
abdomen present no abnormalities. The genital organs are
small for his age. Pubic hair is scanty. There is no axillary
hair. The nrine has a specific gravity of 1012; it is acid in re-
action, contains no sugar, but has a distinct trace of albumin.

No signs of congenital syphilis can be detected in teeth, eyes,
or elsewhere.

Patient's constant noisiness and shouting day and night
necessitated his being discharged a week after his admission.
Sulphonal, bromide of potassium and paraldehyde all in turn
failed to quiet him.

Diagnosis.—The three cases described above were all
undoubtedly examples of general paralysis of the insane.
The differential diagnosis, when the occurrence of the
disease in young people was borne in mind, presented no
difficulty. A few of the possible alternatives may, however,
be mentioned. None of the cases resembled cretinism in
any degree save in the dementia, whilst they could not
be classed amongst cases of congenital amentia, since all
of the boys are known to have been possessed, previous to
their illness, of intelligence above the average. Onanism,
it is true, was observed in the first of the cases, but there
is no evidence that it caused the dementia; moreover, the
diagnosis of gross central disease in this case was confirmed
at the autopsy. The condition of infantilism, a rather
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superior type of myxoedematous idiocy, recognised originally
by Lasegne, and of which Brissaud* has recently described
a case, differs markedly from the condition in our patients,
inasmuch as all of them actually retrogressed after attain-
ing a degree of mental development, and were not simply
permanently arrested in their growth, mental and physical.
In addition, they showed the clinical peculiarities of speech
and articulation which are characteristic of general paralysis
of the insane.

It may be useful here to give a short summary of the
symptomatology of general paralysis of the insane occur-
ring in childhood and adolescence, more especially as the
condition is very inadequately described, even in the most
recent text books of nervous and mental disease. The
following conclusions are derived from a study of the
records of such cases as I have been able to gain access to-
in contemporary literature. The best bibliography of the
subject is in an excellent monograph by Alzheimer,17 who-
gives a summary of nearly all of the cases recorded up to
1895, together with three of his own (forty-one cases in all).
Since Alzheimer's paper, fresh cases have been recorded by
other observers {vide Bibliographical List). In all I have
been able to collect records of fifty cases, exclusive of my
own three cases above described.

The age of onset varies from the ninth year upwards.

Out of 19 oases in which the age of onset has been recorded—
4 oases commenced between 9 and 10 years of age.
8
4 ,
2
9 ,
a ,
18 ,
6 ,
1 ,
4 ,
2 ,

10 ,
11 ,
12 ,
18 ,

i I 4 .

15
17 ,
18 ,
19 ,
21 ,

, 11
, 12

. 13
, 14

. 15

. 16

. 18

. 19

. 20

. 22

The commonest age of onset, however, is from the
thirteenth to the sixteenth year, roughly speaking, about

* Brissaod, " Lecons sor les Maladies nerveoses," 1898.
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5 2 OBIGINAIJ ABTICLES AND CLINICAL CASES

the age of puberty. After the sixteenth year is past, the
number of fresh cases becomes relatively much smaller as
we approach adult life, amounting to only 25 per cent, of
all cases occurring before the age of twenty-one. It would
seem, therefore, that the age of puberty is a specially critical
period in children of syphilitic taint.

Both sexes are affected, apparently with almost equal
frequency (twenty-five males to twenty-eight females).
Wiglesworth,10 who recorded five cases, all of them in
girls, was of the opinion that the female sex is specially
liable to this form of brain disease. The comparison of a
large number of cases shows, however, that his statement
is only partially true, since both boys and girls appear
equally liable. But this is in marked contrast to the
overwhelming preponderance with which the male sex
is attacked in later life.

The relation of the disease to syphilis has been well
established, and in the great majority of cases a family
history has been elicited pointing to inherited syphilis:—in
thirty-six out of forty cases in which a family history was
obtainable, making a proportion of 90 per cent, in which a
hereditary taint was actually ascertained. These figures
probably under-estimate the real frequency of syphilis in
one or other of the parents of the patient. It is, how-
ever, noteworthy that objective evidences of congenital
syphilis in the patient's teeth, eyes, bones and elsewhere
are conspicuous by their rarity, the syphilitic poison in
such patients seeming to expend itself chiefly on the central
nervous system. Indeed, we sometimes find (as in Cases II.
and IH. of rny own) that whilst the patient himself shows
none of the ordinary stigmata of syphilis, his brothers and
sisters may exhibit congenital syphilitic lesions of the most
marked kind, although they escape the brain disease from
which the patient suffers.

Acquired syphilis is a very exceptional antecedent, but
it has been recorded in at least three cases. In two of
these, recorded by Sommer11 and Bey8 respectively, the
children were infected by a syphilitic wet-nurse, whilst in
the third, recorded by Hufler,18 the patient, when a little
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GENEBAL PABALYSIS OF THE INSANE 53

girl of five years, was infected by a kiss on the lip. (The
symptoms of general paralysis in this case did not appear
until the age of twenty.)

In a small number of cases there is a history of some
fall or head-injury having preceded the onset of the disease
(as in Case H. of my own), but it is doubtful whether such
traumatisms have any influence beyond, perhaps, precipi-
tating the onset of the malady in a patient already congeni-
tally syphilitic. In other cases, again, a fall on the head
has probably been merely an incident in one of the fits
which sometimes usher in the disease, and frequently
occur during its course.

The Symptoms of the disease may be classified into
mental and physical.

Mental symptoms:—These typically consist in simple,
progressive dementia in a child whose intelligence pre-
viously had been normal, or sometimes even above the
average. The child becomes gradually dull, forgetful and
apathetic, sometimes stuporose, but may have occasional
bursts of passion. Grandiose ideas are, as a rule, con-
spicuous by their absence, therein contrasting markedly
with the classical form of the disease in adults. Mild
delusions and hallucinations may exist, but never of the
extravagant type met with in adults.

Physical signs:—The patient's general development
usually becomes arrested. Growth, which had previously
been like that of a healthy child, either ceases or advances
only very slowly. The genital organs remain infantile in
type. In female patients, if the disease has set in before
puberty, the catamenia remain absent throughout the
remainder of the patient's life; if the onset of the disease
has been after puberty, menstruation becomes irregular and
soon ceases entirely. The general bodily condition, then,
is one of arrested growth in an organism which had pre-
viously been normal in its development.

Fits or " congestive attacks " are common, and may be
the first symptom of the disease. They may be simple
attacks of unconsciousness without convulsions, they may
be attacks of general " trembling" without loss of con-
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5 4 ORIGINAL ARTICLES AND CLINICAL OASES

sciousness, or attacks of speechlessness (as in Case IH.)» or
they may be typical and severe epileptic fits (as in Case
I.). Death frequently occurs in one of these congestive
attacks, in uncomplicated cases.

Cranial Nerves.—The special senses—smell, taste and
hearing—are usually unaffected. Optic atrophy with its. ac-
companying impairment of vision is not uncommon. The
pupils, as in the adult form of the disease, are often irregular
in outline and unequal in size ; the light reflex is generally
sluggish or absent and the pupils may fail to contract during
convergence of the eyes. Fibrillary tremors of the face,
lips, and tongue are usually present when the disease is
well established and are pathognomonic, whilst the articula-
tion becomes typically slurring and slovenly, and the hand-
writing resembles exactly that of the adult general paralytic.
In a few cases there has been facial irritability (Chvostek's
symptom) on percussion over the seventh-cranial nerve.

Sensory Functions.—The patient can usually feel light
touches everywhere normally. General analgesia has been
noted in a number of cases, e.g., those of Hoch14 and of
Lmhrmann.19

Motor Functions.—Weakness of one or more limbs is
very common and may be monoplegic, hemiplegic or di-
plegic in distribution. Such motor weakness often follows
a congestive attack (see Case I.) and is increased by each
successive fit. Unsteadiness of the upper extremities on
voluntary exertion is common and may resemble the
"intention tremor" of disseminated sclerosis. The lower
extremities are frequently ataxic, sometimes, however,
they are stiff and spastic, and in the later stages of the
disease, when the patient is completely bedridden, perma-
nent contractures may ensue (Thomson and Dawson80 and
others).

Reflexes.—The knee-jerks may be absent, or exaggerated,
or normal, and this apparently whether the limbs be ataxic
or not. (Thus in Cases I. and II. the gait was ataxic in
both, yet in the former case the knee-joints were lively
whilst in the latter they were practically absent.) The
superficial reflexes are usually normal and the sphincters
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GENERAL PARALYSIS OF THE INSANE 55

are unaffected, although the latter may become uncontrolled
through the progressive advance of mental dulness.

The duration of the disease has varied from six months
(Luhrmann19) to eight and-a half years (Turnbull3). Out of
twenty-eight fatal cases ten lasted over five years and fifteen
lasted over four years. Other cases were recorded as being
still alive after four, five, and seven years of the disease.
The average duration of the disease is, therefore, longer than
in adults.

As the disease progresses the patient gradually becomes
more and more enfeebled, the limbs tend to become fixed
by contracture, incontinence of urine and faces supervenes,
bed-sores tend to form, and death may occur from exhaus-
tion. More commonly, however, the fatal result is brought
about by a congestive attack, and this even before the
patient has become severely paralysed in the limbs.

Morbid Anatomy.—The morbid anatomy does not differ
essentially from that of the adult variety of the disease.
Changes have been found in the brain, spinal cord, and
peripheral nerves.

In the brain chronic lepto-meningitis is the rule, with
firm adhesions between the pia-arachnoid and the surface
of the convolutions on the convexity of the cerebrum,
usually most marked in the central and frontal regions of
the cortex. The affected convolutions appear somewhat
atrophied. Internal hsemorrhagic pachy-meningitis some-
times occurs, as in the adult form, with the occasional
formation of a sub-dural false membrane. Dilatation of
the ventricles is common, and frequently also granular
ependymitis.

Microscopically there is well-marked sclerosis of the
cortex, both peri-vascular and neuroglial. Fatty and pig-
mentary degeneration of the pyramidal nerve cells of the
cortex of the affected convolutions is usually found. Similar
changes, though less marked, may occur in the nervous and
connective tissue elements of the cerebellar cortex and of
the basal ganglia.

In the spinal cord various systemic degenerations have
been described. These may occur in various. columns of

 by guest on June 6, 2016
http://brain.oxfordjournals.org/

D
ow

nloaded from
 

http://brain.oxfordjournals.org/


56 OBIGINAL ARTICLES AND CLINICAL OASES

the cord; for example, in the posterior columns, in the
crossed and direct pyramidal tracts and in the ascending
antero-lateral tracts.

Degeneration has also been found in the peripheral
nerves.
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